We report on a patient with a constellation of anomalies including hamartomas of the tongue, polysyndactyly, and atrioventricular canal. A similar association has been previously described by Orstavik et al in two sibs. The clinical spectrum ofthe oralfacial-digital syndrome (OFDS) type II includes all these features. In particular, congenital heart defect, mainly atrioventricular canal, has been described in a few cases. It has been previously suggested that these latter patients may be affected by a variant of OFDS type II. We propose to distinguish this orocardiodigital variant and point out the association of the syndrome with atrioventricular canal. (JMed Genet 1996;33:416-418) Key words: oral-facial-digital syndrome; congenital heart defect; atrioventricular canal.
The oral-facial-digital syndromes (OFDS) are heterogeneous conditions with overlapping phenotypic manifestations and difficult clinical classification.' OFDS type II (Mohr syndrome) is an autosomal recessive condition characterised by midline cleft of the upper lip, hamartomas of the tongue, hallucal polysyndactyly, and postaxial polydactyly of the hands.2 Congenital heart defect (CHD) has been described in a few patients with OFDS IL`It has been suggested that this association of anomalies may represent a distinct OFDS. fig 1A and B) . The oral polyps were removed at 7 months of age. On histological examination they were hamartomas. Dental malposition was noted. The extra finger had also been operated on. The feet showed hallucal duplication, more evident on the left where a varus deformity of the big toe (fig 2A) was also present. Intellectual development was normal. Language performance was also considered normal, but speech therapy had been 
